Introduction
============

The Gastrointestinal Stromal Tumor (GIST) which mostly arises from the stomach is the most common mesenchymal tumor in alimentary tract. The origin of this tumor is the Interstitial Cells of Cajal (ICC) \[[@b1-IJCP-07-171]\]. This neoplasm is uncommon and its incidence is about 10-20 patients per million and most occurs in patients aged more than 50 years, although even in newborns and childhood has been reported \[[@b2-IJCP-07-171], [@b3-IJCP-07-171]\]. Surgery with optimal tumor resection is the mainstay of curative treatment. Due to the rarity of nodal metastasis, Lymph Node (LN) dissection is not routinely performed \[[@b4-IJCP-07-171]\]. We describe here a young girl who presented primarily with lymph node metastases of a gastric GIST.

Case Report
===========

A 17-years-old girl presented with a 2 months history of abdominal pain, early satiety, anemia and two episodes of hematemesis before referring to the gastroenterologist. An upper gastrointestinal endoscopy showed multiple umbilicated polypoid lesions in antrum, the body and cardia. An Endoscopic Ultrasound (EUS) subsequently revealed an 8 cm extraluminal mass with invasion to the gastric wall ([Figure 1](#f1-IJCP-07-171){ref-type="fig"}). In addition, multiple perigastric and lymphadenopathies were seen ([Figure 2](#f2-IJCP-07-171){ref-type="fig"}). A fine needle aspiration from the lesion disclosed malignancy. The patient subsequently underwent total gastrectomy and omentectomy. The pathologic examination revealed multifocal high-grade GIST with involvement of 3 perigastric lymph node ([Figure 3](#f3-IJCP-07-171){ref-type="fig"}). Immunohistochemical staining for CD117 (c-KIT) and CD34 confirmed the diagnosis of lymph node metastasis ([Figures 4](#f4-IJCP-07-171){ref-type="fig"} and [5](#f5-IJCP-07-171){ref-type="fig"}). At present, she is well and receiving Imatinib for her regional recurrent disease.

Discussion
==========

GISTs are uncommon tumors of the gastrointestinal tract. This neoplasm is more common in the 6th and 7th decades of life and mostly located at stomach \[[@b5-IJCP-07-171]\]. Pain, abdominal discomfort and GI bleeding are the most reported complaints \[[@b4-IJCP-07-171]\]. Our patient presented with pain and bloody vomiting.

The main treatment is surgical tumor removal \[[@b1-IJCP-07-171]\]. The completeness of surgical resection is a major prognostic factor \[[@b6-IJCP-07-171]\]. But some authors suggested size of the tumor is more important than completeness of surgery \[[@b7-IJCP-07-171]\]. After complete tumor removal, recurrence is not so rare, peritoneal surface and liver parenchymas are common metastasis sites. In large studies on GIST survival, no plateau was seen that indicating no cure is achievable. Although the recurrence risk is not so small, neither chemotherapy alone nor radiotherapy alone are effective in tumor control and survival prolongation \[[@b4-IJCP-07-171], [@b6-IJCP-07-171]\].

Most of the patients with GIST have an activating mutation in stem cell receptor KIT. This mutation is a target for the first receptor tyrosine kinase inhibitors. Imatinib and sunitinib are two tyrosine kinase inhibitors that have been approved for the treatment of advanced GIST \[[@b5-IJCP-07-171]\]. Complete surgical resection and tumor grade are the most important prognostic factors. Mitotic count per 10 high power field (HPF) is the limit. One mitoses per 10 HPF is limit. Above and below this cut-off level is called high or low grade tumor \[[@b4-IJCP-07-171]\]. Tumor size is also an important prognostic factor and patients with tumor size ≤5cm, 5-10 cm and \>10 cm are considered as low, intermediate and high risk groups \[[@b2-IJCP-07-171]\].

Due to low risk of initially nodal involvement and recurrence, there is no indication for routine lymphadenectomy. This procedure should be performed when they are suspicious to be affected by tumor cells. Naguib et al. in a report on 19 patients with gastric GIST had performed lymph node dissection for 5 cases. The reason for dissection was gross lymph node enlargement and none of nodes were involved \[[@b1-IJCP-07-171], [@b7-IJCP-07-171]\].

Agaimy and Wünsch in 2009 found 2 cases of lymph node involvement among 210 patients. One of them had Carney syndrome. They performed a review on 699 patients and showed some attractive conclusions. The rate of lymph node involvement was 1%. Those with lymph node involvement were about 20 years younger than others without lymph node metastasis and male-to-female ratio was 1 to 3. In addition, those patients with lymph node metastasis had lower rate of mutation in KIT/PDGFR. Tumors that were located in distal of stomach and with epitheliod histology also had higher rate for lymph node spread \[[@b8-IJCP-07-171]\].

There is some evidence that lymph node metastasis in soft tissue sarcoma harbor a poor prognosis \[[@b9-IJCP-07-171]\]. Although GIST like sarcoma is a mesenchymal tumor, lymph node metastasis is not related to poor prognosis. Valadao et al. in a small study on 29 patients, 3 cases had lymph node metastasis that no negative affect on prognosis \[[@b10-IJCP-07-171]\]. They concluded only size and grade were prognostic factors. However, Agaimy and Wünsch argue this idea and believe more studies are needed to draw a conclusion \[[@b8-IJCP-07-171]\].

Prakash et al. in a review on 15 cases aged less than 30 years old with GIST found in patients who were less than 18 years; there were 3 cases with lymph node metastasis. In one case, lymph node metastasis was primarily and in 2 cases lymph node involvement was with recurrence. All cases with lymph node metastasis were female. They concluded that the GIST in patients who are \<18 years old has different clinical and genetic aspects. Although it is believed that a similar clinical course in adults and pediatric patients, some authors concluded GIST is more indolent in pediatric population. In addition, between 18 to 30 years old the results were not so conclusive \[[@b3-IJCP-07-171], [@b11-IJCP-07-171]\].

In the literature review we found the rarity of lymph node metastasis in patients with GIST. [Table 1](#t1-IJCP-07-171){ref-type="table"} showed the data of 5 case reports describing lymph node metastasis in patients with GIST.

Conclusion
----------

Due to low incidence of GIST and infrequent tendency to lymph node metastasis, more studies are needed to disclose the clinical significance of lymph node metastasis in this neoplasm. It may be logical to be concerned to lymph node involvement in younger patients.
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![Axial contrast-enhanced CT scan of the upper abdomen shows a large gastric mass associated with regional lymph node involvement.](IJCP-07-171f2){#f2-IJCP-07-171}

![GIST penetrating the muscularis propria of the stomach wall, hematoxylin and eosin, x100.](IJCP-07-171f3){#f3-IJCP-07-171}

![A large extraluminal inhomogeneous mass lesion adjacent to the stomach which invades the gastric wall. Multiple large perigastric and celiac lymph nodes are also seen.](IJCP-07-171f1){#f1-IJCP-07-171}

![Membranous Immunoreactivity of C-kit (CD 117) in GIST, x400.](IJCP-07-171f4){#f4-IJCP-07-171}

![Lymph node shows metastatic involvement by GIST, Hematoxylin and eosin, x100.](IJCP-07-171f5){#f5-IJCP-07-171}

###### 

Some other reports on GIST with lymph node metastasis

     Authors                                    Age/ Gender   Location      Tumor size   Lymph node (LN) Metastasis               Site of distant metastasis   
  -- ------------------------------------------ ------------- ------------- ------------ ---------------------------------------- ---------------------------- --
     Sato \[[@b12-IJCP-07-171]\]                78/F          Stomach       4 cm         1 +ve LN                                 Liver                        
     Sato \[[@b12-IJCP-07-171]\]                40/F          Stomach       2.5 cm       3+ve LN from 5 LN                        Liver                        
     Aras Emr canda \[[@b1-IJCP-07-171]\]       32/F          Stomach       8cm          7 +ve LN of 12 LN                        \-                           
     Qin Zhang \[[@b13-IJCP-07-171]\]           60/M          Stomach       4cm          Perigastric and Inguinal LN metastasis   Liver                        
     Dina El Demellway \[[@b14-IJCP-07-171]\]   79/F          Small bowel   8.5 cm       Data not available                       Data not available           
     Vassos \[[@b15-IJCP-07-171]\]              76/M          Ileum         20 cm        Inguinal Lymph Node Metastasis           No                           
     Vassos \[[@b15-IJCP-07-171]\]              35/M          Stomach       15 cm        celiac trunk and in the splenic hilum    Axillary and other Organs    
     This report                                17/F          Stomach       8 cm         3 perigastric lymph node                 Local recurrence             
